Dr. COLLIER added that the cases were post-natal in onset, and were slowly progressive. This slow progression suggested a cell pathology. Involuntary movements and spasm had been described in connexion with disease of the lenticular nucleus, and possibly the seat of the trouble here might be the grey matter in the base of the brain.
later the left leg was so incapacitated that he used a crutch on that side.
He was sent to a hospital, where he was kept in bed for a fortnight, and at the end of that time he could not use either leg for walking. For the next three years he did not walk at all, but during the next year he became able to walk, and has since improved in this respect. The left hand began to be affected about a year after the legs, and the right hand was affected shprtly afterwards. The face and tongue are slightly spastic, and there is spasm around the mouth on speaking. Speech is a little slow and clumsy. There is marked constant spasm in the forearm muscles, and there is flexor contracture of the fingers. The heads of both radii are displaced, presumably as the result of the spasm. Some of the intrinsic hand muscles seem to be hypertrophied. The forefinger and thumb of either hand are used to grasp objects, and the movements of the upper arm seem normal. There is constant spasnm in the lower extremities, but the voluntary movements are fairly powerful. He can stand in a natural position, but directly he attempts to walk severe flexor spasm appears in both legs, but especially in the right, giving rise to a most peculiar gait. There are no signs of defect in the pyramidal tracts, and no other phenomena indicative of nervous disease are present.
The striking features of these three cases are the interference with volitional movements by spasm of the muscles and the occurrence of involuntary spontaneous movements, the post-natal onset, and the absence of any sign of defect in the pyramidal system. Hospital, and was treated there as an out-patient for six months. The reason he was taken was because he did not attempt to use his hands or to kick about like other children. Patient was treated for rickets. He began to talk when 2years old, and to use his hands when he was 3 years old. When 4 years of age the movements commenced. The onset was quite gradual, and they have increased steadily, but more rapidly, during the past six months. He has always been clean in his habits and has appeared to be quite intelligent. He first began to walk when he was between 7 and 8 years of age, but previous to this he had learned to use his right foot for writing and feeding himself.
Present state-Mental: Intelligent; can read. Cranial nerves: The pupils and reflexes normal, the ocular movements limited, some difficulty in maintaining fixation. Movements of the face, jaw, and tongue fairly continuous. The tongue is not protruded but is rolled about in the mouth. Motor system : There is more or less movement of the face and' upper arms; the right upper extremity has movements of a choreiform character, sudden and irregular, affecting the proximal segments more than the distal, increased on voluntary movements. The arm is usually held extended from the shoulder. The movements of the left upper arm are, in appearance and character, more like athetosis. The fingers tend to be saddle-backed, and the movements are more marked in the distal segment than in the proximal. It is difficult to say whether there is any inco-ordination, as any voluntary action increases the movement.
There is continual irregular movement in the trunk muscles. Lower extremities: Power and range of movements quite involuntary. Movements are practically continuous in both limbs, but the patient is able to perform the most delicate movements accurately; thus, he can write and feed himself with his right foot. Gait: The patient can walk alone, is extremely springy and jumpy; looks as if he is going to fall down, but does not do so. There is no muscular wasting and no spasticity; the limbs can be passively moved and hyperextended.
Involuntary movements cease during sleep. Sensory system normal.
Reflexes: Deep-arm, right and left absent; knee, right and left present; ankle, right and left present. Superficial-epigastric, right and left brisk; abdominal, right and left brisk; plantar, right and left flexor; occasionally a doubtful extensor. Sphincters normal.
DISCUSSION.
Dr. GRAINGER STEWART said that the symptoms in his case pointed to a lesion, or lesions, involving either the system which connects the dentate nucleus of the cerebellum via superior cerebellar peduncle with the red nucleus thalamus and cortex, the lenticulo-rubrospinal system, or the connexion between the corpus striatum and the subthalamic region. In his case there was no evidence of a pyramidal lesion or of any diplegic condition. The reflexes were normal, if anything the deep reflexes were diminished, the muscles were hypotonic, and there was absolutely no spasticity. In these cases of involuntary movements, either cases of athetosis, or of so-called post-hemiplegic chorea, the one point essential was that the pyramidal tract must not be severely injured. In cases of so-called post-hemiplegic movements in which hemiplegia had been present, the movements only commenced when the hemiplegia was recovered from; that is to say, when the pyramidal system was again beginning to functionate normally. It therefore appeared that the lesion in such cases exerted some effect upon the motor system, whether upon the cortex or anterior horn cells of the spinal cord was not clear. Further, he said that there was no doubt that the movements were increased by peripheral stimuli. One patient now under his care at Finchley illustrated this-when lying in the bath he was quite still, when in bed was practically still, but immediately on sitting up or walking about the movements became very pronounced and severe. It was probable, therefore, that some peripheral stimuli had the effect of exciting the movements or making them worse. All the evidence pointed to some upsetting of the action of the motor system, either in the cortex or in the anterior horn cells of the spinal cord.
Dr. HENRY HEAD regarded all the four cases as most interesting, but did not consider them as all belonging to the same group. Dr. Stewart's case was a singularly pure example of a condition which had been wrongly called congenital and spastic athetosis, because it was not a true athetosis, and it was not spastic. He knew one patient with this condition intimately, and had been in his company a good deal for a good many years, and so far from being mentally deficient he was really a mechanical genius. He drove a motor car skilfully and rapidly, had married and had a normal child. He did not regard the condition as an abiotrophy or family disease. Dr. Collier's three cases did not seem to belong to the same group; the movements, the age, and the whole appearance were different.
Dr. J. A. ORMEROD said he had seen some years ago a case which, in some respects, was like the first case of Dr. Collier's series-viz., that of a man in whom muscular spasms interfered with his speech. This man progressively developed spasm of the facial and other muscles, which rendered his speech unintelligible. His face was subject to contortion and his laryngeal and respiratory muscles were involved so that his speech was a series of explosions and squeaks. But in his case the jaw was not affected. The disease had begun ten years before he (Dr. Ormerod) saw him, with a curious paralysis of the eyes. When first seen he was unable to move his eyes upwards, and he also had wryneck. When the patient lay down anld did not try to speak he seemed natural, but the effort to speak produced an affection of his face and of his speech so disquieting to him that at last he withdrew himself from observation. On one occasion he was brought to a meeting of the Neurological Society, and two members said they had each seen a case like it. One of these cases was in Marylebone Infirmary, where the patient died. A post-mortem examination was made, but nothing wrong was found. Dr. LEONARD GUTHRIE said the profession was greatly in need of pathological information as to what was at the bottom of these cases of marked athetosis or post-hemiplegic chorea, the latter of which was a very bad name. Although probably the pyramidal tract was not affected, and some part of the region of the optic thalamus or red nucleus was affected, one could not exclude the possibility that the cortex might play some part in producing the symptoms. In 1895 he had an opportunity of investigating this point. The case was that of a man, aged 25, who swept a crossing in the neighbourhood of Regent's Park. At the age of 3 he had whooping-cough, from which he recovered. He then had some prostrating illness, the details of which had not been forthcoming, but at the end of it he was found to have the movements on the left side, which continued. After a time they were apparent on the right side also. When Dr. Guthrie saw him, at the age of 25, he was a most extraordinary person. The movements of the left arm were so violent that they could only be described as jactitations. He had learnt to control them by keeping his left hand inserted beneath a strap passed round his waist. If one undid the strap his arm flew over his head, and he struck out with it in all directions, so that one had to take care to keep out of range. He subdued it by seizing his left wrist with the other hand, wrenching the limb downwards to his left side, and inserting the hand beneath the strap. His left leg was in practically the same condition; he rotated inwards the whole of his lower limb when walking, kept the foot strongly inverted, and raised the foot high at each step. He also had proptosis and external deviation of the left eye, and some dilatation of the pupil.
The speech was very difficult; he squeezed his words out, and talked very slowly indeed. The movements incapacitated him from doing ordinary work, and, on consideration, it was decided to trephine him; this was done on the right side by Sir A. Pearce Gould. On taking off the dura mater, there was noticed to be some oedema of the subarachnoid; beads of lymph repeatedly welled through the subarachnoid and arachnoid, and trickled down. Certain parts of the cortex were stimulated by a battery; the result was not to produce more movements of different parts, but genuine Jacksonian epilepsy. An electrode was applied to the facial centre, and a fit was produced, beginning in the facial muscles and extending to the whole body. Another electrode was applied to the thumb centre and a Jacksonian fit was produced, which gradually spread through the body. A portion of the cortex, 1 in. in diameter, at this site was excised. It was histologically normal. When he came round from the anesthetic the movements had quite ceased; he lay quiet, was rational and intelligent. The left arm, which had been the seat of the violent ataxia, was now flaccid, and there was no power in it. Next day he had a series of Jacksonsian epileptic fits, mostly on the left side, and later on attacking the right side of the body. He had seventeen of these fits in all, and then they ceased; he had never had a fit before the operation, or after the week which followed the operation. The left arm then recovered almost normal movements; he could raise it and put it above his head, shake hands, &c., without ataxia. Then the movements gradually began to reappear, and at the end of a fortnight they became almost as violent as before.! He thought that the obvious irritability of the cortex showed that the cortex must play some part in the production of these movements, though no doubt the basal ganglia were also affected. He asked whether there was any exact pathological information available as to what was the lesion in these cases of violent so-called choreiform movements.
Dr. JAMES TAYLOR said that he could recall a case of which he did not think the details had yet been published-namely, one of hemiplegia with athetosis. It was under the care of the late Dr. Beevor when he (Dr. Taylor) was his house physician at Queen Square Hospital. The athetosis was very definite, in the left hand especially, and a portion of the cortex was excised, that part which was concerned with hand movements. The patient had a series of Jacksonian fits following the operation, and for ten days after complete flaccid paralysis of the left arm. The movements then recommenced and became as violent as ever. A larger part of the cortex was then removed, but the wound became septic, and the patient died. The case was very interesting, because it showed that, whatever the cortex had to do with the production of athetosis, that was not the sole source of the mechanism. He thought it possible that in such cases there was a lesion in the basal ganglia, and the balance between the basal ganglia and the cortex became disturbed, so that irregular movements ensued. He did not think athetosis could be produced from a lesion in the cortex itself, and his own feeling was, that these athetoid movements, both in the hemiplegic cases, and possibly also in the cases shown that evening, originated in disease of the basal ganglia.
Dr. COLLIER replied that he thought the symptoms in all the three cases were of the same order, though differently distributed in each case. Cases of this type had hitherto been described under the term "bilateral athetosis." He did not think the second case approximated to the type of Huntington's chorea, for in a family of whom he knew several members the movements were of an entirely different nature, and closely resembled the movements of Addison's chorea. His mention of the lenticular nucleus was simply in relation to so-called "tetanoid chore'a," which was described by Sir William Gowers, in I Cf. " A Case of Violent Jactitations of Twenty-two Years' Duration, affecting chiefly the Left Arm and Leg," Proc. Roy. Med which lesions of the lenticular nucleus were constantly found. He had nothing to say in regard to the pathology of these cases, except that he believed Dr. Gordon Holmes had recently examined one of them post mortem, and did not succeed in finding anything abnormal in the brain.
A Peculiar Case of Congenital Paralysis. By JAMES COLLIER, M.D.
A. L., AGED 13 months. Parents healthy. Seven children alive and well. Birth at full term. Breech presentation and difficult labour. It was noticed on the day of birth that the legs were disproportionately small and that they could not be passively straightened owing to flexor contracture at hip and knee. When 2 days old he was taken to Great Ormnond Street Hospital and was treated with splints and massage. Later he was treated at Guy's Hospital. The contracture of the legs has diminished but he has never moved them below the knees. He is a well-nourished, intelligent child. The head and upper extremities are quite normal. He cannot sit up properly, though he constantly makes the attempt to do so. The thighs, and more especially the legs, are small and there is flexor contracture at hip and knee. The thigh muscles-flexor, extensor, adductor and abductor-are weak, but movements are readily and quickly performed. No movement of any muscle below the knees, and in these muscles there is no response either to faradism or galvanism. There is marked backward tilting of the pelvis due to psoas weakness. There is no sensory loss. The kneejerks have not been obtained. There is a marked post-anal dimple.
A skiagram of the back shows that the vertebra, arches and spines are normal.
Paralysis of Sixth and Seventh Cranial Nerves in a Child. By JAMES TAYLOR, M.D. I. W., FEMALE, aged 6. She had measles in March but made a good recovery. Her left eye Was noticed to "turn" in the middle of September. She had a slight knock on the head two weeks earlier, and her mother noticed that after this she was much quieter and less lively than before. She was brought to the Royal London Ophthalmic
